Introduction {#sec1-1}
============

Juvenile xanthogranuloma (JXG) is a cutaneous papular eruption that generally occurs in childhood.\[[@ref1][@ref2][@ref3]\] This condition can rarely occur in the iris as a nodular (76%) or flat diffuse (24%) vascularized mass of Caucasian (80%) children that can progress fairly rapidly over a few weeks.\[[@ref3]\] Iris JXG carries a risk for spontaneous hyphema (19%), secondary glaucoma, and even blindness.\[[@ref3]\] Similarly, iris melanoma can occur in children as a yellow-tan (13%) mass of mean 5.6 mm base and 2.5 mm thickness, with slower progression over months to years.\[[@ref4][@ref5]\] Herein, we report a child with a yellow-tan vascular iris mass, found to show slight growth over 12 weeks and was suspicious for possible JXG or melanoma. However, fine-needle aspiration biopsy (FNAB) confirmed malignant melanoma that was removed by sector iridectomy.

Case Report {#sec1-2}
===========

A healthy 8-year-old female child was noted have a growth on her right iris. The asymptomatic lesion was followed for 3 months and demonstrated slight enlargement, leading to suspicion of JXG. She was referred for diagnosis and management.

On examination, visual acuity was 20/20 in each eye and intraocular pressures were normal. The only abnormal ocular finding was a minimally pigmented, vascular iris mass, measuring 6.0 mm in diameter and 2 mm in thickness, located in the nasal aspect of the iris \[[Figure 1](#F1){ref-type="fig"}\]. Gonioscopy and ultrasound biomicroscopy revealed that the lesion was confined to the iris with no extension or seeding into the angle or ciliary body. Fluorescein angiography revealed intense vascularity confined to the mass and not involving the surrounding normal iris \[[Figure 1](#F1){ref-type="fig"}\]. Our differential diagnosis included amelanotic iris melanoma versus JXG.

![Clinical and cytopathological features of iris melanoma in a child. (a) An 8-year-old child with a vascular amelanotic iris mass. (b) Ultrasound biomicroscopy showing iris thickening (arrow), but no ciliary body involvement. Fluorescein angiogram showing (c) early features of normal iris vascularity and nasal tumor enhancement with (d) late intense hyperfluorescence. (e) Cytopathology of fine-needle aspiration biopsy specimen demonstrating a cluster of atypical spindle cells with ovoid nuclei, slightly coarse chromatin, and prominent central nucleoli (Papanicolaou stain, ×250). (f) Tumor cells in fine-needle aspiration biopsy are immunoreactive for HMB45 (IHC for HMB45; ×250)](MEAJO-25-115-g001){#F1}

FNAB was performed for diagnostic purposes. Using an operating microscope, a 27-gauge needle was passed through the clear cornea 1 mm from the limbus and directed into the tumor with aspiration using standard technique.\[[@ref8][@ref9]\] Cytopathology revealed atypical cells with spindle morphology, ovoid nuclei, and prominent central nucleoli, which were immunoreactive for melanocytic markers melan-A and HMB45, consistent with spindle B malignant melanoma cells \[[Figure 1](#F1){ref-type="fig"}\].

Based on the cytopathological diagnosis of melanoma, basal sector iridectomy was performed. Histopathology revealed an amelanotic neoplasm, composed predominantly of spindle B melanoma cells and few cells with intermediate morphology between spindle B and epithelioid melanoma. There was one mitotic figure per 40 high-power fields \[[Figures 2](#F2){ref-type="fig"}\]. There was minimal invasion into the trabecular meshwork and base of the pars plicata. The tumor appeared to be completely removed. The tumor was classified as pT2a based on the American Joint Committee on Cancer classification (8^th^ edition).\[[@ref10][@ref11]\]

![Surgical and histopathological results. (a) Gross evaluation of the iridectomy specimen demonstrated a solid vascular amelanotic iris mass with (b) histopathology features of neoplasm composed of a syncytial arrangement of cells with cigar-shaped nuclei, finely dispersed chromatin, linear nuclear folds, and inconspicuous nucleoli (spindle A melanoma cells, white arrow) intermixed with cells with ovoid nuclei and prominent nucleoli (spindle B melanoma cells, black arrow) (H and E; ×100). Cells with morphology intermediate between spindle B and epithelioid melanoma cells are present (white arrow). (c) A mitotic figure is noted (black arrow) (H and E; ×100). (d) Appearance of iris after 14 years showing sector iridectomy and no evidence of tumor](MEAJO-25-115-g002){#F2}

One week after surgery, the visual acuity was 20/40, and 6 months later, it remained 20/25. Local and systemic evaluation revealed no evidence of tumor recurrence or metastatic melanoma after 14 years and visual acuity was stable.

Discussion {#sec1-3}
==========

Although it has several clinical variations, iris melanoma usually appears as a pigmented mass that is diagnosed in adulthood and shows slow progression.\[[@ref11]\] However, melanoma can sometimes appear clinically amelanotic and is less commonly diagnosed in children. The case reported here is unusual, in that iris melanoma appeared as a fairly rapidly enlarging amelanotic mass in an 8-year-old child. A rapidly growing amelanotic iris lesion in a child is more consistent with an inflammatory process such as JXG. We have seen several cases of JXG that had an almost identical appearance and clinical course. In our experience, however, fluorescein angiography of iris JXG shows diffuse, extensive vascular leakage, whereas melanoma is more localized.\[[@ref6]\] In our patient, the hyperfluorescence was confined to melanoma.

The diagnosis in this atypical case was made with cytopathological study of a FNAB specimen, a reliable method for diagnosing atypical intraocular lesions.\[[@ref7][@ref8]\] The technique and results of iris FNAB have been reported.\[[@ref9][@ref10]\] This method should be reserved for cases where the diagnosis is not clinically established, and the results can be applied to determine the best treatment. If the lesion in this case had proved to be JXG, treatment options would have included oral, topical, or periocular corticosteroids. Since it proved to be a melanoma confined to the iris in a young child, the best treatment option was basal sector iridectomy, rather than enucleation or irradiation period. The visual result has thus far been excellent, and based on the histopathology, the chances of metastasis are very low. However, this patient will have close ocular and systemic follow-up. In summary, amelanotic iris melanoma can occur in children and must be differentiated from JXG. FNAB may be necessary in such cases to establish the diagnosis and help select a choice of treatment.
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